Department of Surgery, Fukushima Red Cross Hospital A 30-year-old man was admitted to our hospital with abdominal pain. He reported no significant medical history. The abdominal pain became severe after hospitalization, and we performed surgery. We found small intestinal segmental necrosis at laparotomy, and performed segmental resection. Twenty-five days later, he developed a pulmonary infarction and portal vein thrombosis. Blood examination confirmed congenital antithrombin Ⅲ (AT-Ⅲ) deficiency. Pulmonary infarction and portal vein thrombosis resolved with thrombolytic and anticoagulant therapy. However, he developed an adhesive ileus. The ileus did not improve, and we performed reoperation with administration of concentrated AT-Ⅲ. The postoperative course was uneventful, and he was discharged 32 days after reoperation. We report the details of the case and present a literature review. Key words： congenital AT-Ⅲ deficiency，necrosis of small intestine， postoperative multiple venous thromboses
